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Discussion

DR P. S. HARPER: Is there any record of patients with
mannosidosis clinically appearing like Morquio patients?
We have a man who appears to have Morquio disease
but seems to excrete a lot of mannose. We have not yet
checked the mannosidase. Is there any clinical re3em-
blance?
PROFESSOR J. W. SPRANGER: Not that I know of, but

some patients may excrete a lot of glycoprotein which if
broken down into small fragments may release a lot of
mannose too.

PROFESSOR P. BEIGHTON: Is there any evidence of
geographical discrepancies in the prevalence of the
various mucopolysaccharidoses? In South Africa we see

types I, II and IV, but not type III-Sanfilippo disease.
Does this happen elsewhere?
PROFESSOR SPRANGER: I wasn't aware of this. Lowry in

Canada thinks he has more Hurlers than Hunters, but
this may be a matter of diagnosis of course. Since the
time we began making the diagnosis on an enzyme basis,
we have many more Hunters than Hurlers. Many Hunters

look like Hurlers and may have corneal opacities as well.
Our own experience thus teaches us that diagnostic
difficulties may explain an apparent shortage of cases.
However, a difference in the gene frequency in various
populations cannot be ruled out of course.
DR C. A. PENNOCK: Here in Bristol we think that we

have seen more cases of Sanfilippo disease than either
Hunter or Hurler types.

PROFESSOR SPRANGER: I assume that Professor Beighton
has screened carefully, but I also have the impression that
Sanfilippo is the commonest type of mucopolysacchari-
dosis. One should screen all the patients at the mental
retardation clinics, they are easily missed and diagnosed
as dementia or other things. The best thing is to look at
the hair. A retarded patient with blonde coarse hair has
Sanfilippo disease until proved otherwise.
DR C. NOONAN: In the CV1-CV2 subluxation seen in

Morquio disease, is CV1 assimilated on to the base of
the skull?
PROFESSOR SPRANGER: No, it is not usually so. copyright.
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